Vohwinkel syndrome, also known as hereditary mutilating keratoderma, is a rare palmoplantar keratoderma that manifests in childhood and becomes more evident in adolescence and adulthood. This preferential autosomal dominant disease affects more women and Caucasians. Its clinical features are diffuse palmoplantar keratoderma with the appearance of honeycomblike constricting rings in the fingers and toes known as pseudo-ainhum, and starfish-shaped keratotic plaques on the dorsal aspect of the hands and feet that can affect the elbows and knees. The present report describes a case report of a patient with Vohwinkel syndrome and surgical correction of the constrictive bands.
INTRODUCTION
Vohwinkel syndrome, also known as hereditary mutilating keratoderma, was initially described by Vohwinkel in 1929 and is a rare palmoplantar keratoderma that begins in childhood and becomes more evident in adolescence and adulthood 1 . This preferentially autosomal dominant disease more commonly affects women and Caucasians. By the mid-1980s, only 30 cases had been reported in the literature. We determined through a literature review that there have been only eight cases in Brazil. The clinical findings characteristic of the syndrome are diffuse palmoplantar hyperkeratosis with the appearance of honeycomb-like digital constrictive rings known as pseudo-ainhum, and starfish-like keratotic plaques on the dorsal aspect of the hands and feet that can affect the elbows and knees. Other signs that are sporadically present include alopecia, hearing loss, spastic paraplegia, myopathy, ichthyosiform dermatoses, and nail abnormalities 2,3 . The treatment of keratoderma is very difficult and usually targets only the symptoms. Topical keratolytic and systemic retinoids have been used to treat hyperkeratosis but have shown inconsistent results. Plastic surgery is an effective alternative to constrictive digital rings which, when left unaddressed, can lead to progressive strangulation and self-amputation 3 .
OBJECTIVE
To report a case of a patient with Vohwinkel syndrome and the surgical correction performed.
METHOD
Case from June of 2011 in the Department of Plastic Surgery and Reconstructive Microsurgery of the Universidade Federal do Ceará.
CASE REPORT
A 30-year-old woman reported the appearance of callosities on the palms and heels from 2 years of age. The calluses progressed and formed thick, diffuse, and pruritic plaques. Later, there was a gradual emergence of constrictions involving the toes, and two digits self-amputated at 11 years of age. The patient's father and brother had similar medical histories but variable phenotypic manifestations. Upon dermatological examination, hyperkeratoctic and honeycomb-shaped plaque lesions were observed on the palms and soles. The dorsal aspect of the hands and feet exhibited starfish-shaped linear plaques. The patient presented with self-amputation of the right and left fifth toes and constrictive rings between the distal and medial phalanges of the fifth left finger (Figures 1, 2, and 3) . No onychodystrophy, alopecia, or other abnormalities were seen on physical examination. The patient's karyotype suggested mutation of the GJB2 gene, which encodes the gapjunction protein connexin 26. Audiometry revealed moderate bilateral sensorineural hearing loss. Radiographs of the hands and feet revealed bone rarefactions and osteoporosis distal to the constrictive rings and an absence of the distal phalanges of the fifth toes. A biopsy of the palmar region revealed hyperkeratosis, hypergranulosis, moderate acanthosis, and a sparse superficial perivascular mononuclear cell infiltrate. Clinical observations and exam findings were compatible with the diagnosis of Vohwinkel syndrome. The patient was prescribed a systemic retinoid (acitretin 0.4 mg/kg/day) with contraceptive measures that improved the hyperkeratosis but did not completely resolve the constrictive rings. She was admitted in June 2011 for surgical correction of the constrictive rings in the distal phalanx of the fifth left digit. After the longitudinal release of the constrictive ring (Figure 4) , two full-thickness skin grafts were chosen ( Figure 5) , removed from the ipsilateral arm, and positioned on the radial and ulnar edges of the left fifth finger ( Figure 6 ). The postoperative outcome was satisfactory (Figures 7 and 8) .
DISCUSSION
The diagnosis of Vohwinkel syndrome was established in a case described according to its clinical characteristics of honeycomb-shaped palmoplantar hyperkeratosis, starfish-shaped keratotic plaques on the dorsal aspect of the hands and feet, and constrictive digital rings involving the fingers and toes associated with sensorineural hearing loss, mutation in the GJB2 gene, and a positive family history [1] [2] [3] [4] [5] [6] . The treatment of Vohwinkel syndrome aims to alleviate the keratoderma and prevent digital self-amputation. The surgical release of the constrictive rings can be used to prevent self-amputation, the most disabling complication of the disease 3 . In 1995, Pisoh et al. reported Z-plasty as an alternative treatment for constrictive rings 3 . The literature shows ring recurrence after 1 year of follow-up in cases treated with Z-plasty 5,6 . In 2010, Bassetto et al. proposed the surgical treatment of a case of a fourth to fifth cross-finger flap on the dorsum of the digit 6 . In the case described, two full-thickness skin grafts were performed from a donor area on the patient's arm, a procedure that proved quite effective.
CONCLUSION
Despite the recent results, the surgical correction of Vohwinkel syndrome was simple to implement, was reproducible, and prevented self-amputation of the distal phalanx of the fifth digit with satisfactory aesthetic results.
